Initial findings.-Temperature 104-8' F., spleen considerably enlarged; no other abnormality; no enlarged lymph nodes. Hb 68%, W.B.C. 14,200, neutros. 56%, lymphos. 44%. Bone-marrow, X-rays of chest and skeleton, Mantoux, W.R., agglutinations against typhoid group and Brucella, blood culture-all negative.
Three days after admission she developed a petechial rash; this became more profuse and after three weeks flat infiltrative papules also appeared. The spleen meanwhile had become enormous. The diagnosis of Letterer-Siwe disease was then proved by skin biopsy and splenic puncture.
Histological report (Dr. Martin Bodian).-Skin lesion (Fig. 1 ): In the upper layers of the dermis there is a circumscribed area of dense infiltration with cells of the reticulo-endothelial series; many of these cells have large pale-staining ovoid or folded nuclei, whilst others have darker staining lobed nuclei like blood monocytes. The cytoplasm of adjacent cells tends to fuse in some areas, thus giving the impression of early syncytium formation. Eosinophils are not present and there is, no evidence of necrosis or deposition of lipoid. Mitotic figures are common. ; a | kx 6 0 .
Splenic puncture: Appearances similar to those in the skin biopsy. Treatment.-A ten-day course of chloramphenicol had already been given before the diagnosis was known; this was accompanied by a fall in temperature, but the spleen continued to increase in size and a few days after treatment was stopped the temperature rose and a fresh crop of spots appeared. Chloramphenicol was given again for five days and streptomycin for six days, without response.
1.9.51: Cortisone 40mg. per day intramuscularly. Temperature fellwithin a few days, rash gradually faded and spleen became smaller. Blood transfusion also given as Hb had fallen to 50%, and platelet count to 30,000; atypical mononuclear cells seen in blood films. Dose of cortisone gradually reduced and stopped on 17.12.51. (First course fifteen weeks with one gap of seven days during which chloramphenicol again given owing to gastro-enteritis.) 11.2.52: Readmitted in severe relapse. Febrile, rash as before; spleen larger. Marked cyanosis, believed to be due to pulmonary infiltration. X-ray chest showed faint diffuse mottling of lung fields. E.S.R. 2 mm. in first hr. (Westergren). X-ray skeleton normal.
Cortisone 40 Comment.-Letterer-Siwe disease, Hand-SchOller-Christian disease and eosinophil granuloma of bone are conditions with so much in common that they may justifiably be regarded as variants of a single pathological process (Farber, S., 1941, Amer. J. Path., 17, 625) . In spite of this common ground in pathology and the not infrequent occurrence of intermediate forms the clinical picture of Letterer-Siwe disease remains relatively clear cut and it is generally agreed that, unlike Hand-Schtiller-Christian disease and eosinophil granuloma of bone, the condition is usually rapidly fatal. The only other report of prolonged remission or recovery is that of a case which was treated with streptomycin (Aronson, R. P., 1951, Lancet, i, 889) .
The case under discussion has now shown a striking clinical response to cortisone on two occasions, and treatment has continued for periods of three and a half months and thirteen months without serious complication. In spite of the apparent change in the clinical course of the disease there has been no evidence of progression to the formation of lesions resembling the more benign eosinophil granuloma of bone.
Treatment will be continued in the hope that complete spontaneous recovery will eventually occur. Dimensions approximately those of an average 6-year-old child.
Wide epicanthic folds. Lateral webbing of neck formed by folds of skin and subcutaneous tissue (Fig. 1) . Low occipital hairline, with extension of hair growing in upward direction down sides of neck ( Fig. 2) . Pectus excavatus. Very mild right pes cavus.
Cord-like superficial leg veins which were normally patent. 
